1 in 150 000 births.
Case reports
In the family reported here the father is married to two wives, his first cousin and another woman, not known to be related (fig 1) . The family presented at an Orthopaedic Clinic at King Khalid University Hospital, Riyadh, because the father was worried that the two year old daughter (11.9) was unable to walk because of her leg anomalies. On questioning and examination, four daughters, two from each wife, were identified as having single or multiple congenital malformations in their extremities. All were normal term deliveries. Six normal children of the marriages, the three parents, and all other relatives were normal on clinical examination.
CASE 1
Case 1 (11.3) was 10 years old and had four digit hands (fig 2) . The right hand had a thumb and index finger on the radial side and on the ulnar side of the cleft a ring and little finger showing partial syndactyly; the middle finger was absent. X ray showed a small metacarpal bone on the radial side of the cleft. The skeleton of the ulnar side of the cleft showed a small malformed metacarpal adjacent to the cleft with a broad malformed metacarpal supporting the ring and little fingers. The proximal part of the proximal phalanges of these fingers were joined, but distally the phalanges were separated, as were the intermediate and distal phalanges.
The left hand had a thumb and index finger which were normal. On the ulnar side of the hand, there was a normal little finger. The ring and middle finger showed almost complete syndactyly with the middle finger much shortened. The x ray of this hand showed that the middle and ring fingers had separate, slightly malformed metacarpals, but the proximal phalanx of the middle finger lay horizontally and was fused to the short proximal phalanx of the ring finger. There was a common broad intermediate phalanx which was bifid distally. The distal phalanx of the ring finger showed a normal basal epiphysis but this was absent in the rudimentary middle finger. CASE 
2
Case 2 (II.7) was one year old. She had a two digit right hand and a four digit left hand with a thumb and three other fingers (fig 3) . X ray of the right hand showed that the radial digit was a thumb, while the ulnar digit had a metacarpal and three phalanges. X ray of the left hand showed a thumb and an index finger with a normal complement of bones radially. On the ulnar side of the cleft was a metacarpal bone with a fused base and shaft, but which separated distally to bear two digits each with three phalanges.
CASE 3
Case 3 (II.9) is two years old. She had malformations in both lower limbs (fig 4) . The left femur was shorter than the right and there were varus and flexion deformities of both knees with subluxation of the knee joints. Both legs were thin. The feet showed metatarsus varus and there were only four toes on each foot, but on the right the big toe was bifid distally. The hands were normal. X ray of both legs showed the left femur to be short. Both tibiae were absent so there was no knee joint on either side. Each foot had only four rays. CASE 4 Case 4 (11. 10) was two months old. She had malformations of both hands and feet and also a congenital dislocation of the right hip ( fig 5) . The left hand had four digits, a thumb and index finger radially and two separate fingers medially. The right hand had three digits, a thumb and index finger radially and a single digit on the ulnar side of the cleft. The right leg, in addition to the congenital dislocation of the hip, had absence of the tibia and marked inversion of the foot, again with only four toes. The left leg was normal.
Discussion
The variation of involvement from monodactyly, as reported by Bujdoso and Lenz,13 to syndactyly only, as occurred in many cases of Scott's pedigree, '4 seems most likely to be related to variable expression of the genetic anomaly. This family presented at an Orthopaedic Clinic because of the problems with the lower limbs of 11.9. The ectrodactyly of the upper limbs in the children was not considered to be a problem requiring surgery by the parents or the eldest child, 11.3. 11.9 was fitted with prostheses to develop her balance. At a later stage it may be appropriate to carry out amputations to allow the use of better fitting prostheses. 11.10 underwent manipulation to reduce the congenital dislocation of the right hip, but again because of the distal deformities she will require a prosthesis when she reaches the age of walking.
